Dr S P Hall-Smith: The most practical treatment for the removal of hair from this child's forehead would be an electric shaver. Dr G A Beck: If it should be decided to advise the mother to shave his forehead, it may be an encouragement to her to know of a case we had some years ago.
A man, who lost all his hair after being torpedoed,in the Great War, regrew lanugo hair all over his face and scalp during an illness in 1948. By shaving his forehead regularly he gave himself a nearly normal head of hair and a pair of eyebrows of which he was extremely proud for the first time for thirty years. Dr R R M Harman: The child's mother says the father had similar hirsuties of the forehead when he was a boy, but this became very much less when he grew up. Is this improvement of facial hirsuties a recognized feature of the Cornelia de Lange syndrome? Dr H T Calvert: A few years ago, a case of Cornelia de Lange syndrome was referred to the Eye Department in Reading from a hospital for the mentally subnormal. He was a typical Amsterdam dwarf, more deformed than the present case, microcephalic, ectromelic, with a severe congenital heart lesion. He died shortly afterwards. As these children are usually mentally retarded and die early, the problem of treatment for hypertrichosis does not normally arise. The term ichthyosis defines a group of congenital skin disorders in which there is a generalized dryness and scaliness. They have been subdivided in the past on their clinical features and more recently on their mode of inheritance. We report two patients with uncommon and severe types of ichthyosis and contrast the results of special investigations in them; we hope that the functional basis for this group of disorders will be better understood by the multidisciplinary approach we have adopted.
Congenital Ichthyosiform Erythroderma and
Case 1 R C, man aged 35 History: Born with 'abnormal skin' and said to have had a dry scaly skin throughout childhood, with some improvement at puberty. The condition has remained static for the last twenty years apart from an episode of Trichophyton mentagraphytes infection of his soles. Family history: No known consanguinity, no sibling, or children. No other member of family affected by ichthyosis. History: Dry scaly red skin noted since shortly after birth. This has persisted, although there was some slight improvement around puberty and worsening at the menopause. Bilateral ectropion, first noted some 10-15 years ago, was treated by tarsorrhaphy five years ago. Family history: No known consanguinity, two normal siblings. She has one son who had red scaly skin at birth and this has persisted. He now appears to have the same condition as his mother, but is less severely affected. On examination: Erythrodermic with a 'fine bran' type of scaling (Fig 2) . There was sparing of the palms and soles, and a few islands 2-4 cm5 of uninvolved skin. The flexures were affected and showed small areas of warty hyperkeratosis. Bilateral ectropion; ears and hair appeared normal.
INVESTIGATIONS

Histology and Histometric Observations
Case 1: Moderate degree of epidermal thickening, marked hypergranulosis and hyperkeratosis; ratio of length of basal layer to length of granular cell layer (B/G ratio) 1.5 (normal 1.1-1.2); mean epidermal thickness in cells (MET) 9.7 (normal 3-6). Case 2: Gross exaggeration of rete pattern with marked epidermal thickening and pronounced parakeratosis; retention of granular cell layer despite presence of parakeratotic scaling;
The gross epidermal hyperkeratosis in Case 1 favours a defect in desquamation. In Case 2 the changes of psoriasiform hyperplasia suggest a high rate of epidermal cell production and enhanced metabolic activity within the epidermis.
Scanning Electron Microscopy
Cambridge 600 scanning electron microscope with an accelerating voltage of 7.5 kV was used. Hair: Case 1: Hair diameter irregular, 0.04-0.08 mm; in some hairs there were areas of impaction of one part of the shaft into the other (invaginate change); there were also expanded areas of the shaft (trichorrhexis nodosa); scale pattern irregular and absent in some sites and the shaft twisted on its own axis at intervals (Fig 3) . Case 2: Hair shaft diameter 0.1 mm; normal scale pattern. Skin scalepattern: Samples of horn were removed with a cyanoacrylate adhesive using the skin surface biopsy method (Marks & Dawber 1971) . Specimens were coated with a thin layer of carbon in an Edward's coating unit.
Case 1: Individual horn cells arranged irregularly; slit-like gaps between some of -the horny squames, but in general cells in close apposition; surfaces of some individual horn cells showed a villous pattern. Case 2: Individual horn cells arranged irregularly and often separated by large gaps from each other; the cells appeared thickened in proffle and sometimes curled on themselves; there was a villous pattern on the scale surface.
Enzyme Histochemistry
Enzyme histochemical tests were carried out on cryostat sections of skin biopsies using the methods outlined in Pearse (1972) . The results are shown in Table 1 . 
Rates ofIncorporation of Tritiated Thymidine, Proline and Histidine by Affected Skin
The object of determining the rates of incorporation of radioactively labelled precursor compounds is to obtain some idea of the rates of synthesis of macromolecules by the tissue being examined. The rate of incorporation of thymidine reflects the rate of DNA synthesis and hence is a measure of proliferative activity; the rates of incorporation of proline and histidine reflect protein synthesis. An in vitro method is used employing thin slices of skin obtained with a Castroviejo keratome. The method is that described by Marks et al. (1971) . The results (Table  2) COMMENT Because of congenital and universal scaling dermatosis, both these patients are described as having ichthyosis, although there are considerable clinical differences. The investigations reported above suggest that the mechanisms responsible for the epidermal disorders differ considerably. Case 2 has a psoriasiform rash; high rates of incorporation of precursor compounds and increased reactivity for respiratory enzymes suggest a high epidermal output, whatever the underlying biochemical fault.
The problem in Case 1 is entirely different. The abnormal appearance of hair and stratum corneum on scanning electron microscopy, hyperkeratosis and enhanced nonspecific esterase activity suggest a defect in shedding of the stratum corneum. This type of clinical picture, with severe ichthyosis and hair defect, has been described as Netherton's syndrome (Hurwitz et al. 1971 ).
The patients clearly have different diseases and would benefit from different treatments. The investigative approach adopted here should help to differentiate the various types of ichthyosis and to understand their etiology, and assist in choosing the most appropriate treatment.
Dr R S Wells: (1) I believe both these patients had ichthyosis of the type inherited as an autosomal recessive trait. The fact that an affected individual has a similarly affected child is explained if there is close consanguinity between the parents. (2) Fungus infections are often missed in these patients because the lesions are clinically indistinguishable from the ichthyosis; if there is any pruritus on the lower legs or feet, I automatically send them for mycological examination.
(3) These cases illustrate very well the diagnostic difficulties with severe ichthyosis. It is probable that there will be several types of ichthyosis inherited as autosomal recessive traits. The female patient may be more correctly classified as pityriasis rubra pilaris, but I think it likely that the differences will be more fully elucidated by the sophisticated studies being carried out by Dr Marks and in Dr Harvey Blank's department in Miami.
Generalized Eruptive Histiocytoma J S Pegum MD FRCP (The London Hospital, London El) D W L, man aged 44 History: Rash for 2j years on arms and buttocks, with slow increase in number of lesions and spreading to trunk. Spots irritate under stress, colour varying from angry red to pale. Patient had previously suffered from pleurisy at age 38. Family history negative. Excellent general health. Plasma cholesterol 247 mg/100 ml. On examination: Numerous papules 0.2-1.4 cm in diameter on arms, flanks, buttocks and thighs (Fig 1) . Colour ranging from red or purple to skin tone. Papules grouped in places; shiny or wrinkled appearance. X-rays: humerus, radius and ulna normal, no significant abnormality in left shoulder region or left hand. Biopsy (Fig 2) : focal collections of dermal histiocytes with excess lipid; no change in epidermis, no giant cells or collagen. Treatment: February 1973, intralesional triamcinolone to left upper arm -no effect.
Comment
The clinical and histological findings in this patient recall those described as generalized eruptive histiocytoma (GEH) by Winkelmann &
